Introduction {#sec1-1}
============

Maffucci\'s syndrome is a rare, congenital, nonhereditary mesodermal dysplasia which consists of hemangiomas of the soft tissue and multiple enchondromas.\[[@ref1]--[@ref3]\] It was first described by Maffucci in 1881.\[[@ref1]\] Approximately 170 cases have been reported in the literature.\[[@ref3]--[@ref5]\]

Maffucci\'s syndrome is known to be associated with malignant and benign tumors.\[[@ref3]--[@ref5]\] The common benign tumors associated with Maffucci\'s syndrome include pituitary adenoma, adrenal cortical adenoma, parathyroid adenoma, and breast fibroadenomas.\[[@ref3]\] Most benign tumous with Maffucci\'s syndrome are endocrine tumors and are often associated with more than one tumor.\[[@ref6]\] We report a case of Maffucci\'s syndrome with hyperparathyroidism and multinodular goiter.

Case Report {#sec1-2}
===========

A 30-year-old female was referred to the Department of Dermatology for the evaluation of multiple soft cystic swellings over the dorsum of both hands, palms, and dorsum of both feet since childhood. She was admitted to the Department of Gastroenterology with recurrent episodes of acute pain in the abdomen. She was investigated and was subsequently diagnosed as a case of chronic pancreatitis. The patient gave history of having recurrent episodes of pain in the left lower limb associated with hard swellings about 10 years back, for which she was admitted to a hospital and which was subsequently diagnosed as enchondroma of the lower end of the femur and was treated with bone curettage and grafting. Histopathological examination of the specimen showed hyaline cartilage with mononuclear cells with lacunae. At the periphery were the trabeculae of lamellated bone and marrow space showed islands of hematopoietic cells, suggestive of enchondromas. Other histories included recurrent episodes of cholelithiasis for which she underwent cholecystectomy and a history of renal calculi due to which she developed Grade II renal parenchymal disease. The patient also had recurrent episodes of acute pancreatitis. On examination, the patient was malnourished and anemic. Bluish cystic swellings showed over the dorsal aspect of both hands, palms \[[Figure 1](#F1){ref-type="fig"}\], and also on the ankles and dorsal aspect of both feet \[[Figure 2](#F2){ref-type="fig"}\]. The swellings were 2--5 cm in diameter, nontender, and were not attached to the underlying structures. The patient also had thyroid enlargement. Routine investigations were normal except for anemia and raised FBS (180 mg/dl). LFT was within normal limits. Serum paratharmone levels were elevated (859 U/l). Serum calcium was normal (9 mg/dl). X-ray of both hands showed multiple cystic lesions on the radial aspect of the phalanges \[[Figure 3](#F3){ref-type="fig"}\]. X-ray of the left hand showed soft tissue swellings. X-ray of the skull showed diffuse loss of bone density \[[Figure 4](#F4){ref-type="fig"}\]. X-ray left knee showed surgical defect in lower end of the femur \[[Figure 5](#F5){ref-type="fig"}\]. ERCP showed distal narrowing with proximal dilation of common bile duct diagnosed as pancreatitis with a ductal leak. Ultrasonography of the abdomen showed features suggestive of chronic pancreatitis and bilateral renal parenchymal disease. A CT scan of the abdomen showed postcholecystectomy status, altered pancreatic parenchyma with peripancreatic edema. There were osteolytic lesions involving iliac bones and sacrum. Serum amylase was raised (349 U/l); HIV I and II and HBsAg were negative. USG of neck showed multinodular goiter with enlarged left lower parathyroid. T3, T4, TSH levels were within normal limits. Biopsy of thyroid swelling was suggestive of thyroid adenoma. With these clinical and laboratory findings she was diagnosed as Muffucci\'s syndrome with hyperparathyroidism.
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Ollier\'s disease was also considered in the differential diagnosis but was ruled out as hemangiomas are not a feature of Ollier\'s disease.

Discussion {#sec1-3}
==========

Maffucci\'s syndrome is a rare disease characterized by hemangiomas, enchondromas, and bone deformities. It usually manifests early in life usually by 4-5 years of age. There is no sex or racial predilection. The venous malformations present as bluish, compressible, nontender, subcutaneous nodules in various areas of the body and usually have an asymmetric distribution. Our patient also presented with similar venous malformations; however, these lesions were bilateral. Venous malformations have been reported in leptomeninges, the eyes, the pharynx, the trachea, and the intestines. Enchondromas may appear anywhere on the body but are most often found on the hands or feet or on long bones of limbs or on the ribs and the skull. The case under study also had enchondromas, which was treated with curettage and bone grafting. The bone deformities include shortening of long bones, resulting in unequal arms and legs. Pathological fractures and malunions are common. The emergence of neoplasms is a well-known complication in Maffucci\'s syndrome. Lewis and Ketchum found various benign and malignant neoplasms in their extensive review of the world literature of 105 cases.\[[@ref3]\] The benign tumors include pituitary adenoma, adrenal cortical adenoma, parathyroid adenoma, and breast fibroadenoma.\[[@ref3]\] The malignant tumors associated are chondrosarcoma, astrocytoma, ovarian tumors, pancreatic cancer, hemangiosarcoma, and lymphangiosarcoma. Sarcomatous changes in mesodermal tumors occur in 15--30% of cases.\[[@ref3]--[@ref5]\]

Kobayashi *et al*. have reported three different endocrine tumors with Muffucci\'s syndrome involving parathyroid, thyroid, and adrenal glands.\[[@ref6]\] Kenji *et al*. have reported multiple endocrine tumors (MEN) type I with Muffucci\'s syndrome involving pituitary, adrenal, and parathyroid glands.\[[@ref7]\] Nemeto *et al*. described a case of Muffucci\'s syndrome with parathyroid adenoma with hyperparathyroidism.\[[@ref8]\] Adrian *et al*. have also reported Maffucci\'s syndrome with pituitary and parathyroid adenomas along with two other neoplasms.\[[@ref9]\]

Maffucci\'s syndrome is rarely associated with parathyroid neoplasia. There are only four case reports of Maffucci\'s syndrome associated with parathyroid involvement resulting in hyperparathyroidism. Although cystic lesions of the bone and ectopic calcification are common to both the diseases, pathogenesis is apparently unrelated. The association of parathyroid involvement with Maffucci\'s syndrome suggests the potential involvement of ectodermal structures in this mesenchymal dysplastic disorder.
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